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DESCRIPTION {#S1}
===========

A 32-year-old man was referred to the Clinic of Plastic Surgery for evaluation of an enlarging, nonhealing lesion on the scalp that had been present for 12 months. The patient was somnolent and dehydrated. Serum calcium level was 4.5 mmol/L (normal 2.1--2.6 mmol/L).

Incisional biopsies from 4 quadrants demonstrated an epithelioid sarcoma comprising epithelioid cells and discrete areas of central necrosis. Plain skull radiographs showed bony erosion. Full-body computed tomographic scans confirmed a soft-tissue mass fixed to the skull and multiple metastatic nodules in the cervical lymph nodes and both lungs.

QUESTIONS {#S2}
=========

**What are the characteristics of epithelioid sarcoma?What is the treatment plan for an epithelioid sarcoma of the scalp?What are the pathogenesis and treatment of humoral hypercalcemia of malignancy?**

DISCUSSION {#S3}
==========

Epithelioid sarcoma is a mesenchymal malignancy that has been mostly reported as affecting the distal extremities. It is exceptionally rare as a primary neoplasm in the head and neck. Early diagnosis poses a challenge. The first appearance of the tumor can be very ambiguous, most frequently as slow-growing subcutaneous nodules and ulcers that are easily misdiagnosed as benign lesions for long times, as was the reported case. Moreover, even the histological diagnosis may pose some difficulties. Specific enzymatic, histochemical, and ultrastructural tests are required for accurate diagnosis.

A treatment plan for this neoplasm has not been well defined in the literature because of the rarity of sarcomas in general and of epithelioid sarcomas located in the head and neck in particular. The tumor may be localized in the dermis and subcutaneous tissue, but it has a propensity for extension through deeper structures, even the cortical bone. Thus, it is imperative that antitumor therapy be implemented promptly. Early intervention is important. For epithelioid sarcoma, aggressive surgical management and radical lymphadenectomy seem to be the treatments of choice. Reconstruction of the tumor excision defect can be challenging. Chemotherapy may play a limited role in advanced stages. Radiation therapy, although usually performed, needs further research on efficacy.

The osteolytic process of bone invasion and several factors generated by disseminated tumor (such as parathyroid hormone--related peptide) can result in an increase in serum calcium concentration, a condition known as humoral hypercalcemia of malignancy. Hypercalcemia can potentially threaten the life of the patient, and this previously unreported association with epithelioid sarcoma stresses the importance of a high index of suspicion for early diagnosis. Treatment of tumor-related hypercalcemia consists of normal saline administered intravenously at a rate of 200 to 500 mL per hour, followed by intravenous bisphosphonate. If normocalcemia is not achieved, the prognosis is very poor, and approximately 50% of such patients die within 30 days.
